Incontinentia pigmenti is a genodermatosis with X-linked dominant inheritance, characterized by cutaneous, neurologic, ophthalmologic, and dental abnormalities with a pattern suggestive of somatic mosaicism. We describe a 21-month-old girl showing characteristic cutaneous findings of incontinentia pigmenti in chronic evolution of hyperpigmented, hypopigmented, and atrophic stages, linear and whorled pattern involving the Blaschko's lines. The patient has history of seizures, and electroencephalography showed epileptiform discharges at temporal lobule, cranial magnetic resonance imaging revealed cerebral dysgenesis, neuronal migration disorder, and hypoplasia of the corpus callosum. She has motor and mental delay with spastic quadriplegia, and ophthalmologic loss of central vision by ischemic optic neuropathy with decreased blood flow to eye's optic nerve. The dermatologic features were confirmed by skin biopsy that showed slight atrophy and some scattered apoptotic cells in the epidermis, epidermal hypopigmentation, and reduced melanocyte number, these histological features confirmed the genodermatosis diagnosis: Bloch-Sulzberger syndrome.
INTRODUCTION
I ncontinentia pigmenti is an X-linked dominant disorder, a rare multisystem genodermatosis characterized by cutaneous, neurologic, ophthalmologic, and dental abnormalities. Cutaneous manifestations have four dermatologic stages: Vesicular, verrucous, hyperpigmented, and atrophic. [1] The frequency is one case per 50,000 births; there are over 700 cases reported with normal life span in females and almost lethal in males. About 75% of the cases are sporadic by a new genetic mutation de novo, the deletion produces loss of the IKBKG exon, causing an alteration in the nuclear factor kappa-light (NF-κB) essential modulator gene located in as Xq28 that regulates the cellular mechanisms of inflammation and apoptosis in the process NF-κB. [2] erythematous rash and skin eruptions of vesicles that finished in naked lesions detected in emergency department; a month, these injuries persisted in dark macules; at age of eight months, it returned the dermatosis. In the 1 st year of the infant, the parents noticed that the infant showed growth and development retardation without hold her head and sit by itself and then she started with generalized seizures, electroencephalography revealed temporal lobe epilepsy; a magnetic resonance imaging showed cerebral dysgenesis of predominance front, problems of neuronal migration, and hypoplastic corpus callosum; the patient needed treatment with valproate and levetiracetam. The ophthalmologic evaluation revealed bilateral myopia and divergent strabismus of the right eye; the examination of fundus oculi found retina with mottled, diffuse hypopigmentation; diminished central vision in both eyes with ischemic optic atrophy by decreased blood flow to the optic nerve and areas of nonperfusion; it was needed the prescription of corrective lenses to improve vision. The patient has delayed eruption of teeth, and it is not possible to demonstrate deformations in dental pieces. The current evaluation of the dermatosis shows phase III of the disease with linear arrangement of macules in different areas of the skin [ Figure 1 ], affecting trunk and extremities, originated by dermal deposit of melanin in confluent macules in swirling patterns that respected skin of the surrounding areas [ Figure 2 ]; the histologic appearance shows the presence of loose pigment in the basal layer of the epidermis with evidence of pigment leakage; and there are lesions of stage IV of hypochromic bands scattered with central parts of atrophic aspect very pale, in Blaschko's lines, in left forearm and right thigh [ Figure 3 ].
DISCUSSION
Bloch-Sulzberger syndrome is produced by the alteration of cell migration of primary elements located in the ectodermic embryonic layer, producing genetic mosaicism with two different cell lines coming from one zygote. The disorder is inherited in X-linked dominant pattern, affected mainly dermal and neurological level, but there are also ocular and dental anomalies; the syndrome is considered as a disease that affects skin, nervous system, eye, and teeth. [3] The clinical evolution of the disease had four different stages: The first in the neonatal period with vesiculobullous lesions in a linear pattern on erythematous area distributed in Blaschko's lines, then a verrucous hyperkeratotic lesions stage that can extend approximately 4-week, then changes to hyperkertosical papules in plaques that disappear by themselves. The chronic phases have some months of duration and are: Hyperpigmentation of the skin with chromic spots and dark stains in distribution feature of strokes; produced by keratinocytes apoptotic that release melanosomes and stain the skin; finally, hypopigmentation and atrophy of the skin with lines of lesions of light-colored skin that evolve cutaneous atrophy associated. [4] Dermatologic manifestations are among the most important signs of Bloch-Sulzberger syndrome; the clinical diagnosis is based on the dermatological findings and can be corroborated with histopathological analysis by biopsy from a lesion, during the verrucous phase shows spongiosis, eosinophilic infiltration, and phagocytes of melanin. [5] The diagnosis is achieved by one major criteria and two minor criteria. The major criteria are: Neonatal vesicular rash feature, typical lesions of hyperpigmentation with distribution along the lines of Blaschko, and hypochromic and atrophic linear lesions in extremities. [6] The minor criteria include the different neurological, ophthalmic, and dental anomalies and can support the diagnosis. The patients require ophthalmological evolution to detect the retinal complications and avoid evolution toward optic atrophy and blindness. [7] The most frequent neurological abnormalities are seizures and motor impairments [8] with mental retardation and learning and language disabilities; it must need a brain imaging study to determine the neurological and brain injuries. [9] The dental abnormalities are hypodontia and partial anodontia, delayed eruption and the presence of dental teeth in peg's deformation or conical-shaped teeth. [10] There is no treatment for this generalized disorder, and the multisystem manifestations of the disease require that the management of the patient must be performed by a multidisciplinary medical team to improve the quality of life of the patient.
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